of Michigan a n d P i t t s b u r g h , Ann Arhor and P i t t s b u r g h Turbidity of f a s t i n g serum and a d i s t i n c t i v e p a t t e r n of changing blood l i p i d s was observed during the f i r s t week of h o s p i t a l ization i n 14 children aged 1.9-14.3 y r s with PSD. A l l demonstrated remarkable catch-up growth with changed environment. On day 1 (morning of admission) mean ( i i ) f a s t i n g t r i g l y c e r i d e (TC) was 69% and c h o l e s t e r o l (C) 156 mgX. Fasting s e r a i n 11/12 were turbid without c l e a r i n g a f t e r 48 h r s . During the f i r s t 4 days, s e r i a l observations in 10111 c h i l d r e n showed dramatic r i s e i n TC (36-594%) with decrease t o normal by day 6-8. Serum C gradually rose i n 6/14 by day 6-9 (29-52%). During t h i s time serum t u r b i d i t y cleared. Paper l i p o p r o t e i n e l e c t r o p h o r e s i s of 10 hr f a s t i n g serum was normal except f o r a l i g h t chyle spectrum i n 7 / 1 3 and an increased beta band i n 1/13. An increase i n prebeta f r a c t i o n occurred on day 2-4 i n 10112. Recurrence of t u r b i d i t y occurred a f t e r 15/21 parent v i s i t s , c l e a r i n g again with parent-child separation. By c o n t r a s t , 5 c h i l d r e n with growth f a i l u r e and p r o t e i n -c a l o r i e m a l n u t r i t i o n , 1.2-3.9 y r s . 24 c h i l d r e n with hypopituitarism, 1.2-17.1 v r s (X TG 66 mg%; x C 182 mg%) and 16 c h i l d r e n with other endocrine d i s o r d e r s undergoing s i m i l a r h o s p i t a l evaluations (E C 163 mg%) had c l e a r f a s t i n g s e r a on day 1. No change i n serum appearance, TG o r C was seen i n 818 of these followed s e r i a l l y during days 1-4. The presence of serum t u r b i d i t y may provide a c l u e t o diagnosis i n psychologically induced growth r e t a r d a t i o n . The mechanism of t h i s phenomenon i s a s y e t unexplained. 
endocrine d i s o r d e r s undergoing s i m i l a r h o s p i t a l evaluations (E C
163 mg%) had c l e a r f a s t i n g s e r a on day 1. No change i n serum appearance, TG o r C was seen i n 818 of these followed s e r i a l l y during days 1-4. The presence of serum t u r b i d i t y may provide a c l u e t o diagnosis i n psychologically induced growth r e t a r d a t i o n . The mechanism of t h i s phenomenon i s a s y e t unexplained. Fanconl Type G l y c o g e n o s i s (FTG) Is a unique syndrome c h a r a ct e r i z e d m e t a b o l i c a l l y , i n 9 c a s e s , b y t h e early o n s e t of phosphat u r i a , g l y c o s u r i a , amino aciduria a n d uricosuria and c l i n i c a l l y b y hypophosphatemic r i c k e t s , growth failure and hepatomegaly. C l a s s i c h e p a t i c enzyme d e f i c i e n c i e s a r e not found In t h e s e patie n t s although t h e r e a r e metal>ollc s l m l l a r i t l e s t o Glycogen Stora g e D i s e a s e . Fasting hypoglycemia and l a c t i c a c i l e m l a present l e s s of a problem even though t h e r e i s mild g l u c o s e 1Gl.extreme g a l a c t o s e (Gal) intolerance. Renal function s t u d i e s In a 2 6 month old w h i t e male with FTG demonstrated q u a n t i t a t i v e l y similar inc r e a s e s i n phosphate c l e a r a n c e s (Cpl r e l a t i v e t o inulin 1~1~) on G , G a l a n d x y l o s e infusion w h i l e CG and Curie a c i d w e r e unc h a n g e d .
Extreme Samuel S a v i n and P_'t_er_ idam_. Case Western R e s e r v e Univ.Div.
--------o f P e d i a t r . Mstab. a t Cleve. Metro. Gen. Hosp., and Dept. o f E a r t h S c i e n c e s , C l e v e l a n d , Ohio. The e f f e c t o f e a r l y d i a b e t e s on s y s t e m i c g l u c o s e product i o n rate(SGP)was e v a l u a t e d in 4 normal (NM) and 3 g e s t a ti o n a l l y d i a b e t i c mothers(GDY)undergoing c e s a r i a n s e c t i o n . ~l u c o s e -l -~~~ was u s e d a s t r a c e r a c c o r d i n g t o prime-cons t a n t -r a t e i n f u s i o n t e c h n i q u e . Nor~noglycemia was m l i n t a i n e d i n GDY by d i e t a r y r e g u l a t i o n . A f t e r a 1 2 h f a s SGPs i n N'Y 1 and GDM were s i m i l a r w h i l e 1 3~-e n r i c h m e n t ( 6 'c'%) o f c o r d a r t e r i a l g l u c o s e (CA)was lower t h a n t h a t o f m a t e r n a l venous g l u c o s e (MV) o n l y i n CDY (M2an + SD).
.9'0.6 97.1t2Ci.1 R0.5+31.R 91.3t32.8 I n e d d i t i o 3 , t h e n a t u r a l 13f? a b~n d a n c e o f c o r d b l o 3 3 g l uc o s e r e s e n b l e d t h e m o t h e r ' s i n 5 NPl and 5 i n s u l i n -d e p e n d e n t d i a b e t i c noth hers. C o n c l u s i o n s : B r i e f m-iternal f a s t i n g n o rm a l l y d o e s n 3 t i n i t i a t e g l u c a s e prazluction i n t h e human f e t u s .
CDYs a p p a r e n t l y p a s s t h r o~g 1 1 a p h a s e o f reduced g l u -
c o s e a s s i m i l a t i o n w h i l e S W d u r i n g l ' a s t i n z remains nor.ml. 
a n c e tests a f t e r 3-days CHO loading were abnormal: 3 had higher elucose and i n s u l i n and a l l had higher glucaqon l e v e l s t h a n n o r l a l s . F a s t i n g i n s u l i n and glucaqon L v e l s without CHO loading were r e p e a t e d l y high and molar r a t i o s were lower t h a n n o r m 1 i n a l l . Qlucose l e v e l s a f t e r epinephrine, qlucagon and i n s u l i n -re v a r i a b l e . The y o u n m s t c h i l d who r e c e i v e d t h e mx. recomnonded dose of e p i n e u h r i n , developed acute hepatomgaly (5cm b e l w t h e RCY over a 3-h hour period). Usual l i v e r f u n c t i o n s t u d i e s were n o r m 1 and enlargensnt was v e r i f i e d by tachnicium s c i n t i a n g i o g r aphy. F a s t i n g glucom, i n s u l i n o r glucagon l e v e l s were high in 3 of h parents and 1 of 2 asymptomatic s i b l i n g s . I n s u l i n kesistance has been found.to-correiat; we1 l with binding t o t a r g e t tissues, and c i r c u l a t i n g monocyte receptors present an accurate mirror of receptors i n o t h e r t i s s u e s such a s l i v e r , muscle and adipocytes. Studies on c h i l d r e n a r e severely limited by t h e amount o f blood necessary f o r each assay, between 80 and 150 m1,and v i r t u a l l y no information is a v a i l a b l e regarding i n s u l i n receptors i n c h i l d r e n . We have developed an autoradiographic method which r e q u i r e s only a few ml blood f o r a complete assay. Our method c o n s i s t s of incubation of leukocytes with i n s u l i n labeled to high s p e c i f i c a c t i v i t y with 1-125. An a l i q u o t of t h e r e a c t i o n mixture i s t r a n s f e r r e d t o microscope s l i d e s which a r e coated with a photosensitive emulsion. A f t e r s t a i n i n g , t h e s i l v e r g r a i n s a s We measured whole body r a t e s of p r o t e i n aynthesis(S) and catabolism(C) i n seven healthy c h i l d r e n , age 4 t o 15 yrs., b e f o r e r e c o n s t r u c t i v e surgery and i n s i x of them, 5 days posto p e r a t i v e l y using a constant 1 5~ i n f u s i o n technique. Pre-op. S and C f e l l between reported i n f a n t and a d u l t normal values (g p r o t l k g l d ) but did not vary with age of our s u b j e c t s S decreased 15% (P< 05) post-op although body weight, intake of p r o t e i n and c a l o r i e s , N balance, and C did not change S d i d c o r r e l a t e with p r o t e i n ( r -+.75) and c a l o r i e ( r -+ 5 8 ) intake Pre-op, mean S (g p r o t l d ) expressed per u n i t BMR (0 11) o r per g p r o t e i n allowance (5.0) was t h e same a s t h a t previously estimated f o r i n f a n t s o r a d u l t s Our s t u d i e s show: 1 Minor surgery causes decreased p r o t e i n s y n t h e t i c r a t e i n f a c e of unchanged p r o t e i n and c a l o r i e i n t a k e , N balance, and c a t a b o l i c r a t e . 2. Energy expenditure r e l a t e s c l o s e l v t o p r o t e i n s y n t h e t i c r a t e s a t a l l ages 3. The r r f i c i e n c y .lf N u t i l i z a t i o n i n healthy c h i l d r e n is s i m i l a r t o t h a t i n i n f a n t s and a d u l t s .
Them m s u l t e i n d h c a t s t h a t t h e w s u r v i v o r s a r e m t a b o l i c a l l y abnormal In t h e i r mg u l a t i o n of glucose and glucose s u b s t r a t e s . It is l i k e l y t h a t t b was present p r i o r t o t h e a c u t e disease, and we p o s t u l a t e t h a t it imwts
Pre-Op Pos t-Op S (R p r o t / k~/ d ) 3 9+0 8 3 351.1 C (R p r o t l k g l d )
3.4+0 6 3 351.1
